serous detachment resolve, but also the pigmentation decreased. Conclusion: BDUMP presentation can be markedly asymmetric and resemble a giant unilateral choroidal nevus. Response to chemotherapy was unique not only for the usual retinal detachment resolution, but also because of an evident regression of pigmentation.
Introduction
Bilateral diffuse uveal melanocytic proliferation (BDUMP) is a rare paraneoplastic syndrome, with a poor general and visual prognosis. It was first described by Machemer [1] in 1966 and named by Barr et al. [2] in 1982. Its five main diagnostic characteristics were described by Gass et al. [3] in 1990, namely: (1) elevated polygonal red patches at the level of the retinal pigment epithelium (RPE) with (2) associated early hyperfluorescence, (3) slightly elevated uveal melanocytic tumors with a variable degree of pigmentation or diffuse uveal thickening, (4) exudative retinal detachment and (5) rapidly progressing cataracts. Gass et al. [3] described the first two findings as early fea-
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Findings and symptoms are typically bilateral, and treatment is mainly ineffective. We report an exceptional case for its asymmetry and fundoscopic response to chemotherapy -a rare presentation and evolution of the disease.
Case Presentation
A 67-year-old man presented with progressive loss of vision in the right eye (OD) for 6 months. He was a heavy smoker and reported constitutional symptoms. He had had an ophthalmologic examination 3 years before, which was described as normal.
The best-corrected visual acuities were 2/10 in the OD and 10/10 in the left eye (OS). Biomicroscopy revealed bilateral mild Ophthalmoscopy showed a slightly elevated and pigmented macular lesion in the OD extending beyond the posterior pole, resembling a giant choroidal nevus, with areas of giraffe-type pigmentation and a thin but extensive exudative retinal detachment with macular commitment ( fig. 1 a) . Fluorescein angiography revealed blocking by the hyperpigmented lesion and hyperfluorescent areas due to RPE atrophy within hypofluorescent areas due to the segregation of RPE ( fig. 1 b) . This pattern was inverse in the fundus autofluorescence ( fig. 1 c) . Spectral-domain optical coherence tomography (OCT; Copernicus; Optopol) showed a macular neurosensorial detachment and the alterations responsible for the 'giraffe sign' pattern, namely areas of complete loss of both the RPE and the ellipsoid line with an adjacent thickened RPE in areas of RPE aggregation ( fig. 1 d) . A diffuse choroidal thickening was evident on B-scan ultrasonography ( fig. 1 e) .
Nothing remarkable was detected in the OS, apart from a small round hypopigmented area in the papillomacular bundle ( fig. 2 a) . Fluorescein angiography showed two round patches of early hyperfluorescence, one corresponding to the described lesion, and the other smaller, temporal to the fovea and not visible in the fundoscopy ( fig. 2 b) . OCT highlighted the first finding as a round area of RPE atrophy.
BDUMP was diagnosed and the systemic study revealed an unresectable pulmonary adenocarcinoma with adrenal gland and multiple bone metastasis -stage IV (cT4NOM1). The patient underwent 6 cycles of palliate chemotherapy with carboplatin and pemetrexed, combined with zoledronate, with an optimal response, namely an improvement in functional status and partial tumor regression.
Seven months after the diagnosis, when chemotherapy was finished, BCVA were 3/10 in the OD and 10/10 in the OS. OD lesions partially regressed, with a decrease in pigmentation ( fig. 3 a, b) , resolution of the exudative detachment ( fig. 3 c) and normalization of choroidal thickness ( fig. 3 d) . The OS remained stable. One year after the diagnosis the patient died due to cancer complications.
Discussion
BDUMP is characterized by the proliferation of spindle-shaped melanocytes within the choroid and consequent diffuse uveal thickening [4] . In recent years, numerous new case reports have increased our knowledge of BDUMP -its nature, findings and treatment. Additional associated findings have been described, namely iris nodules [5] , pigmented keratic precipitates, anterior chamber and vitreous cells [4] , peripheral retinal arterial nonperfusion [6] , loss of RPE in a pattern described as nummular [5] or dermal and conjunctival melanocytic proliferation [7] .
This case is unique for its asymmetry and presentation as a giant choroidal flat nevus. Although both a choroidal melanoma and a choroidal metastasis from the primary pulmonary adenocarcinoma were important differential diagnoses, the clinical findings of the OD were typical of BDUMP. While the OD fit all cardinal signs [3] except a significant cataract, the OS had only features of early disease. A unilateral case of BDUMP was reported by Reddy and Finger [8] Color version available online hypothesized the local production of growth factors by the metastasis as the cause. Other asymmetric presentations of BDUMP have also been reported. Borruat et al. [9] described a patient who presented with unilateral multiple typical lesions of BDUMP before bilateral involvement, and other authors reported initial lesions that mimicked small unilateral choroidal melanomas [10, 11] . Our patient, however, presented with a unilateral much more evolved lesion that we believe is the largest isolated flat nevus ever described in the context of BDUMP and, perhaps, one of the most premature lesions in the fellow eye.
Apart from the recently recognized potential of plasmapheresis to stabilize vision in patients with BDUMP [12, 13] , treatment has until now mainly been ineffective [4, 14] . Corticosteroids, radiation and drainage of subretinal fluid all failed to give consistent results [5] . Treatment aimed at the primary tumor has also shown variable results. A single case of a curative resection of the primary tumor was reported by Sen et al. [15] , though too late to preserve useful vision. Our case shows the regression of BDUMP lesions and improvement in visual acuity after a well-succeeded palliative chemotherapy. These facts enhance the paraneoplastic nature of this entity and prove that, when effective, the primary tumor regression is accompanied by the regression of BDUMP lesions. In our case, not only did the serous detachment and choroidal thickness normalize, but also the choroid pigmentation markedly decreased in an unparalleled way. Despite this good response, as in the majority of patients with BDUMP, our patient died within 1 year after the onset of the disease [14] .
Conclusion
BDUMP presentation can be markedly asymmetric and resemble a giant unilateral choroidal nevus. An evident regression of pigmentation accompanying exudative retinal detachment resolution may occur as part of a well-succeeded response to chemotherapy.
